We have recently characterised the genomic organisation of a novel interphotoreceptor matrix proteoglycan, IMPG1, and have mapped the gene locus to chromosome 6ql3-ql5 by fluorescence in situ hybridisation. As the interphotoreceptor matrix (IPM) is thought to play a critical role in retinal adhesion and the maintenance of photoreceptor cells, it is conceivable that a defect in one of the IPM components may cause degenerative lesions in retinal structures and thus may be associated with human retinopathies. By genetic linkage analysis, several retinal dystrophies including one form of autosomal dominant Stargardt-like macular dystrophy (STGD3), progressive bifocal chorioretinal atrophy (PBCRA), and North Carolina macular dystrophy (MCDR1) have previously been localised to a region on proximal 6q that overlaps the IMPGl locus. We have therefore assessed the entire coding region of IMPG1 by exon amplification and subsequent single stranded conformational analysis in patients from 6q linked multigeneration families diagnosed with PBCRA and MCDR1, as well as a single patient from an autosomal dominant STGD pedigree unlinked to either of the two known STGD2 and STGD3 loci on chromosomes 13q and 6q, respectively. No disease associated mutations were identified. In addition, using an intragenic polymorphism, IMPG1 was excluded by genetic recombination from both the PBCRA and the MCDR1 loci. However, as the autosomal dominant Stargardt-like macular dystrophies are genetically heterogeneous, other forms of this disorder, in particular STGD3 previously linked to 6q, may be caused by mutations in IMPG1. (7 Med Genet 1998;35:641-645) 
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For the segregation analysis of the exon 13 polymorphism in the PBCRA and MCDR1 families, SSCP was carried out using the CleanGel-System (Pharmacia). 22 To increase the sensitivity of the SSCP analysis, the exon 13 PCR fragment was digested with restriction enzyme NlaIV (New England Biolabs) before loading on a 15% non-denaturing polyacrylamide gel. This resulted in three fragments of 250, 210, and 140 bp in size. Electrophoresis was done at 150 V, 6 W for 30 minutes followed by 550 V, 12 W for 60 minutes. The DNA was detected by silver staining as previously described.23
Results

MUTATIONAL ANALYSIS
For mutational analyses, DNA samples from one patient with late onset autosomal dominant Stargardt-like macular dystrophy,16 three patients diagnosed with North Carolina macular dystrophy,'7 18 and two patients with progressive bifocal chorioretinal atrophy from a single family'4 were used (fig 2) . The 17 exons of the IMPG1 gene were amplified using the 
